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Background
Juvenile dermatomyositis (JDM) is an autoimmune dis-
ease caused by inflammation of the microvasculature,
r e s u l t i n gi ns k i na n dm u s c l ed a m a g e .C D 4
+CD25
+FOXP3
+ regulatory T cells (Treg) are key regulators of
immune homeostasis, and potential therapeutic targets
in T cell-driven inflammatory disorders. However, a role
for Treg in JDM pathogenesis has not yet been
established.
Aim
Here, we explored Treg presence and function in both
peripheral blood mononuclear cells (PBMC) and muscle
tissue of JDM patients.
Methods
We analyzed expression of CD4, CD25, FOXP3, GITR
a n dC T L A - 4i nP B M Cf r o mJ D Mp a t i e n t sa n da g e -
matched controls by flow cytometry. Treg functionality
was established in in vitro suppression assays. Infiltrated
lymphocytes in muscle biopsies were analyzed for CD3,
C D 4 ,C D 8a n dF O X P 3e x p r e s s i o nb yi m m u n o h i s t o -
chemistry, qPCR (FOXP3) and flow cytometry (CD3 and
CD4).
Results
Overall, Treg number and phenotype of JDM patients
was similar to age-matched controls. While JDM
patients had increased numbers of Treg during active
disease compared to remission, this increase was only
found in JDM patients treated with high doses of corti-
costeroids. Treg of remitting JDM patients, but not of
all active JDM patients were able to suppress effector T
cell activation in vitro. Furthermore, in inflamed muscle
tissue we detected high numbers of CD4
+ Tc e l l s ,o f
which a large proportion expressed FOXP3.
Conclusion
Treg in peripheral blood of JDM patients had a similar
phenotype and frequency as peripheral blood Treg from
age-matched controls. Moreover, Treg were present in
inflamed muscle tissue, and could therefore be targets
for specific treatment of disease.
Author details
1Center for Molecular and Cellular Intervention, Pediatric Immunology,
Wilhelmina Children’s Hospital, UMC Utrecht, The Netherlands.
2University
College London, Institute of Child Health, London, UK.
3Department of
Pathology, UMC Utrecht, The Netherlands.
Published: 14 September 2011
doi:10.1186/1546-0096-9-S1-P63
Cite this article as: Vercoulen et al.: CD4
+FOXP3
+ regulatory T cells are
abundantly present in inflamed muscle of patients with juvenile
dermatomyositis. Pediatric Rheumatology 2011 9(Suppl 1):P63.
* Correspondence: y.vercoulen@umcutrecht.nl
1Center for Molecular and Cellular Intervention, Pediatric Immunology,
Wilhelmina Children’s Hospital, UMC Utrecht, The Netherlands
Full list of author information is available at the end of the article
Vercoulen et al. Pediatric Rheumatology 2011, 9(Suppl 1):P63
http://www.ped-rheum.com/content/9/S1/P63
© 2011 Vercoulen et al; licensee BioMed Central Ltd. This is an open access article distributed under the terms of the Creative
Commons Attribution License (http://creativecommons.org/licenses/by/2.0), which permits unrestricted use, distribution, and
reproduction in any medium, provided the original work is properly cited.